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shown any evidence of involvement comparable to that in ( toucher's
Hepato-        and Niemann-Pick's diseases, and the hepalosplcnomcgaly cannot be
splenomegaly CXp|ajnct} hy Ijp0id inlillration. In the two eases just mentioned the
liver and spleen were admittedly not enlarged, but in my patient (sec
Fig. 122) there was gross hepatosplenomegaly. Splenectomy was per-
formed and a section of liver taken for biopsy; the spleen, which was
more than three times the normal si/e, did not show any abnormality
except hypcrphisia of the pulp, and the liver cells, which were well
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Endocrine
glands
filled with glycogen, were not abnormal.
In neither organ were foam cells or
abnormal lipoids present,
lindocrinedisorder has been suggested by
the observation that the sella turcica has
been enlarged in almost all the cases
examined radiologicully, and the pitui-
tary showed a generali/ed hyperplasia in
the one case in which it was examined
after death. One of Ashby, Stewart, and
Watkin\s cases had an enlarged ihymus,
and both of their cases showed gross
thyroid abnormality, one a retention of
the foetal state with absence of colloid,
the other atrophy of the secretory cells
and fibrosis. It is as yet too early to
assess the part played by the thyro-pi tui tary
mechanism in the production of the syn-
drome.
fig. 122,—Gargoylism in child
aged 2 years, showing hydro-
cephalus, heavy features,
wide-set eyes, coarse eye-
brows, hepalosplcnomegaly
and flexion deformity of hips
and knees (Author's case)
Peculiar
fades
Clouding
ofcorneae
 4-CLINICAL PICTURE
The face is usually most strikingly abnor-
mal; the features of even the youngest
patients present a peculiarly heavy, un-
childlike appearance reminiscent of the
illustrations of the Duchess in 'Alice in Wonderland'. Whereas
the hair is often silky, the eyebrows are almost invariably dark and
coarse; the eyelids, nose, and lips are grossly thickened, a deep crease
running on either side from the nose to the angle of the mouth. The
bridge of the nose is depressed, the deformity being often associated
with profuse purulent nasal discharge, and in some instances there is a
moderate degree of hypertelorisnu Distension of the scalp veins has been
described, the frontal veins lying in deep gutters. The ears are sometimes
set abnormally low; deafness is an occasional symptom.
A characteristic feature is clouding of the corneae, due to the presence
of multiple congenital opacities. Examination with the slit-lamp shows
these to be situated throughout all the layers, or in the deeper layers,

